as histologically the vessels are ectatic and not true angiomas'.
The classical clinical features of this condition, which occurs with an estimated frequency of 1 in 40 000, include the striking vascular rash usually over trunk, thighs, buttocks and genital area, whorled corneal opacities and severe episodic neuralgia pain or constant acroparaesthesiae. In affected men there is a high mortality due to renal failure and cardiovascular and cerebrovaScular complications". Disease expression in female carriers is variable. The corneal dystrophy occurs in affected men and in 90-95% of carrier females'. This dystrophy is mimicked by chloroquine" and amiodarone keratopathy" and is totally asymptomatic.
The neurological symptoms may be precipitated by exercise or changes in ambient temperature and humidity and are attributed to a small fibre neuropathy. Abnormalities of cutaneous thermal sensation are common even in asymptomatic carriers with a unique predilection for cold sensitivity suggesting involvement of small myelinated nerve fibres",
The unusual clinical feature in this patient was lymphadenopathy. The finding of lamellated inclusions in lymph node samples examined by electron microscopy confirms this is due to Anderson-Fabry disease. These inclusions were also subsequently identified in the jejunal biopsy sample.
Biochemical confirmation of carrier status is not always possible as plasma and leucocyte a-Gal A activity in heterozygotes may extend into the normal range. When results are equivocal, estimation of a-Gal A activity in hair follicles may be a useful additional test", Prenatal diagnosis of an affected male fetus is possible by determination of a-Gal A activity in amniocytes and chorionic villus tissue giving the option of early termination of pregnancy':", In some pedigrees the accuracy of carrier state detection and prenatal diagnosis may be optimized by the use of modern genetic techniques'P'!'.
In the past decade, the a-Gal A gene has been localized to the Xq 22-23 region of the X chromosome. With sequencing and cloning of this region" the way towards possible genetherapy may be paved".
In 1983 she was investigated elsewhere for infertility, having been amenorrhoeic since discontinuing the oral contraceptive pill aged 22. Menstruation never returned.
In June 1986 she developed congestive cardiac failure with bilateral pleural effusions and atrial fibrillation. Echocardiogram showed a poorly contracting left ventricle and a small pericardial effusion. Liver function tests were deranged, in keeping with hepatic congestion. A provisional diagnosis of viral myocarditis was made, although coxsackie titres subsequently proved to be negative. She responded to treatment with digoxin and diuretics.
On admission in October 1986, there was no evidence of cardiac decompensation; an echocardiogram was normal; diuretic and digoxin were discontinued. However, the liver was enlarged 4 em below the costal margin. There was no history of exposure to hepatotoxic drugs including excess alcohol. Serum biochemistry showed low protein (55gil: reference range 60-77) and albumin (33 gil: reference range 36-50), and persistent elevation of alkaline phosphatase (151 UIl: reference range 35-130), 'Y-glutamyltransferase (oyGT) (61 UIl: reference range 5-50) and aspartate aminotransferase (AST) (63 UIl: reference range 10-35).
Serum iron concentration and iron binding capacity were 30 pDlol/l (reference range 10-40) and 29 pDlol/l (reference range 45-77), respectively and serum ferritin> 1000 ng/ml (reference range 12-300). Liver biopsy showed a mixed 0141-0768/89/ 090556-03/$02.00/0 © 1989 The Royal Society of Medicine Endocrine evaluation is summarized in Table 1 . There was selective impairment of anterior pituitary function -no rise in luteinizing hormone (LH) and folliclestimulating hormone (FSH) after luteinizing hormone releasing hormone (LHRH) stimulation, but thyrotrophin releasing hormone (TRH) testing brought a rise in thyroid stimulating hormone (TSH) and prolactin and there was a normal growth hormone (GH) response to insulin.
Weekly venesection was commenced in November 1986. Fourteen months later the patient is asymptomatic, but amenorrhoea persists. Approximately 8 g of iron have been removed. Serum ferritin level is normal at 181 ng/mI. Insulin requirement has fallen to 24 units. The liver remains enlarged, clinically and on ultrasound; "aT (77 U/l) and AST (40 Uzl) are marginally elevated.
Family history
The patient's father died aged 64, after a two month illness characterized by weight loss, vomiting and icterus. Ultrasound examination of a hard irregularly enlarged liver suggested hepatic tumour. No histology was available. The patient's only sibling, a brother, has a raised serum ferritin, but normal urinary iron excretion following desferrioxamine HLA typing (A1,26; B17, 22; CW3,6; BW4,6) was consistent with his being a first degree relative but did not include HLA-A3 and B14.
Discussion
Idiopathic haemochromatosis presents classically in middle aged men with the triad of hepatomegaly, skin pigmentation and diabetes. The syndrome is much rarer in young people. In the review by Finch and Finch', only 3.5% of 787 patients were aged less than 30 years, and of these none were female. However, idiopathic haemochromatosis is increasingly recognized in young people. In this younger age group the male to female ratio approaches one and there is a greater frequency of cardiomyopathy and hypogonadism while diabetes and hepatic involvement are less frequent'', Absence of response to LHRH and impaired prolactin response to TRH are features ofhaemochromatosis in young females 2 -4 • In six patients with iron overload (two with idiopathic haemochromatosis), Bergeron and Kovacs! found iron deposition in all cell types of the anterior pituitary, but preferentially in the gonadotrophs.
In young females, pituitary siderosis can lead to amenorrhoea which in turn, may predispose to further iron overload as blood is no longer lost in the menstrual cycle.
Such a vicious cycle was the most likely sequence of events in our patient. She presented with symptoms of diabetes mellitus although already there were also liver and hormonal abnormalities. On reflection, the initial clue to the eventual diagnosis was the development of amenorrhoea while the patient was in her twenties.
The aetiology of the earlier cardiac failure has not been explained satisfactorily. Haemochromatosis involving the heart is a possibility but unlikely in view of the complete regression of the cardiac dysfunction in four months, without treatment of iron overload. Reversal of haemochromatosisinduced cardiomyopathy after six months to three years has been reported'f but only after venesection of 7-21 g of iron.
Adult idiopathic haemochromatosis is an autosomal recessive condition" with partial biochemical expression in heterozygotes'U". HLA-A3 and B14 antigens are characteristically associated as in our patient. It is imperative to screen family members, especially male siblings. The patient's father also may have had haemochromatosis although no histology of his liver tumour was available.
Treatment with venesection can significantly improve survival in idiopathic haemochromatosia!', hence the importance of establishing an early diagnosis. This case illustrates that haemochromatosis should be considered in young persons presenting with hypogonadism in order to prevent or delay organ damage due to iron overloading. Stage N Hodgkin's disease is relatively uncommon subgroup of Hodgkin's disease; a large recent survey reported stage IV to comprise 8.6% of clinically staged and 13.4% of pathologically staged patients'. The most common sites of extranodal involvement are the spleen, lung,liver, bone and bone marrow; involvement of other extranodal tissues is uncommon'', This discussion concerns an exceptionally rare presentation of the disease.
Case report A 56-year-old man presented to the referring hospital with a six month history of progressive, painless swellings in the right scrotum and right axilla. There was no history of night sweats, fever or weight loss. Excision biopsies of the right (Figures 1 and 2) . The stage of disease was therefore
NA.
On referral to the Royal Marsden Hospital, haemoglobin, total and differential leucocyte count, platelet count and erythrocyte sedimentation rate were normal. Serum urea, creatinine, alkaline phosphatase, alanine transaminase, bilirubin, ')'-glutamyltransferase and immunoglobulin electrophoresis were within the normal laboratory range. Bone marrow aspirate and trephine examinations showed no evidence of infiltration. Chest X-ray, intravenous urography, bipedal lymphography, ultrasonography and computed tomography of abdomen and pelvis were normal. Ultrasound examination of the right testis demonstrated an irregular lobulated 1.5 em echo poor lesion in the upper pole suggestive of testicular involvement by Hodgkin's lymphoma.
Complete remission confirmed by testicular ultrasound was achieved following the second of six, 28 day cycles of combination chemotherapy. The flrst four courses comprised Chlorambucil E! mg/m", procarbazine 100 mg/m 2 and prednisolone 40 mg/m" orally, daily for 14 days. Vinblastine 6 mg/m 2 was given intravenously days 1 and 8 3 • Prednisolone was omitted from the fifth course and given at a reduced dose of 20 mg/m'' daily in the final course of chemotherapy because of gastrointestinal intolerance. Treatment related
